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KMIHIYHI JOCIOXEHHA

F. Barraco, R. Greil, R. Herbrecht 1a in.

HelmepBenuiine mpusane nocmpeccmpauiike qocainKenHs
3 OUIHIBAHNA Oe3neku 3acmocysaHud pyKconimuHiby
npu MIENDMIOP03I B YMOBAX KAIKIMHOI npaKmuKu

Mienodi6pos (M®), icrunHa noniuurtemis (IM) Ta eceHuianbHa Tpom6ouuTEMiS — TPU OCHOBHI NigKareropii
KnacuyHux mienonponidpepatMeHux saxsopioBaHb 6e3 ¢pinapenbdiricbkoi xpomocomu [1-4]. MD €
Nporpecyo4olo NATONOriEI0 KIOHANbHUX CTOBOYPOBUX KIIITUH, IKA NEPEBAXXHO XapakTepusyetbea ¢pibposom
KiCTKOBOro MO3KY, O TUKOXX LiUTOMNEHi€lo Yy nepudepunuHiii KpoBi i ekctpamepynsapHUm remonoesom [5-7].

Ao ackpaeux kniHiyHux cumnromie M® Hanexxarb cnneHo- Ta renaTtomMeranis, aHemisi, TPOMGOLUTONEHIs TA TKKI
CMCTEMHI CMUMNTOMM (BTOMJIIOBAHICTb, CBEPGIXK, 3HMKEHHS MACK TiNA, MIMXOMAHKA, HiYHA NiTAMBICTD i 6inb

y kictkax) [5-7]. CmepTHicTb nauieHTie 3 MP B 0CHOBHOMY NOB’130HA 3 TPAHCHOPMALLIEIO 3UXBOPIOBAHHS

y roctpwmii mienoneiikos (TMJ1), indekuismu Ta Tpom6oremopariuvumm nogismu [5, 8].

IMatorene3 M® rnepeBakHO acOLifOBAHMIA i3 TUCPETYJIsI-
1Ii€l0 y CUCTEMI Tepenadi CUTHAIIB 3a y4acTio SIHyC-KiHa3
(JAK) Ta curHaipbHOro HUIsIXy aKTUBATOpa TPAHCKPUIILLiT
(STAT). VY GinblocTi nauieHTiB 3MiHa Tiepeaadi CUrHasiB
nusaxoM JAK-STAT BupaxaeThbest OMHIEIO 3 TAKUX TPHOX T10-
mupeHux apaiiBepuux myrauiiti: JAK2 V617F (HasiBHa mipu-
6mm3Ho y 60% marienTiB), CALR (mpu6musHo y 30% xBopux)
i MPL (npu6musHo y 8% mallieHTiB).

[MepopanbHuii iHridiTop JAK pykcomnituHiO OyB cxBajeHuUI
JUTS JTIKyBaHHA namiedTiB 3 M@ i3 rpym mpoMixkKHOTO Ta BU-
COKOTO PU3MKY Ha ITiACTaBi pe3yJlbTaTiB OMIOPHUX PEECTpa-
uiiHux pociimkeHb — COMFORT I (n=309; ineHtudikarop
y ClinicalTrials.gov NCT00952289) tTa COMFORT II (n=219;
inentudikarop y ClinicalTrials.gov NCT00934544) [9-11].

OcTaTouHuii aHai3 pe3y/bTaTiB LIKUX JOCTIIKEHb ITiATBEP-
JIB, 110 JOCSITHYTI Ha TJIi JTIKyBaHHS pYKCOJITUHIOOM KITiHi4-
Hi Ta CUMIITOMATUYHI ITepeBaru OyJu CTIHKUMHU, 11O MiATpU-
My€ HOro 3acTOCyBaHHS sIK €(EeKTUBHOTO BapiaHTa TPUBAJIO-
T0 JIIKyBaHHS 0€3 HeouiKyBaHUX MOoOiuHuX sBuil [12, 13].
VY nepernsgHyTi pekomeHpaauii 3 JiKyBaHHS, BMIaHI
€BporeiicbKolo acollialiieo 6opoteou 3 aeiikozamu (ELN),
PYKCOJITUHIO BKJIIOUEHHU Y TIEPIILy JIiHil0 Tepallii Ipu acoLli-
itoBaHiit 3 M® criieHoMeratiil y Malie€HTiB i3 3aXBOPIOBAHHSAM
MPOMIiKXHOro-2 ab0 BUCOKOIO pU3UKY [14].

PexomeHnnaitii MixkHapoaHoi KoHbepeHLlii 3 rapMoHi3allii
LIOZI0 MJIaHyBaHHS hapMaKoHarIsAny (MpUIHATI y €Bporneii-
cbkomy Coro3i (€C) y tuctonani 2005 p.) BUMaratoTb nojaH-
H# TJIaHYy KepyBaHHSI pU3MKAMU K CKJTaI0BOI YaCTUHU 3asIBK1
Ha peecTpaiiito y €C iHHOBaLifHOTO JIiKapchKOTro 3aco0y,
a TaKOXX OLIiHIOBaHHSI IIPo0OJIeM 3 Oe3MeKH ITij yac 3aCTOCyBaH-
HSI IIperapaTty B yMOBaxX KJIiHIYHOI MPakKTUKH [15].

Ha MoMeHT nmomaHHsI 3asiBKM Ha PEECTPALIil0 PYKCOMITUHIOY
y €C 3HayHa KiJbKicTh NMalieHTiB (589, 110 eKBiBaJIEHTHO
622 maiieHTo-poKaM BITIMBY) BXe OTPUMYBAJIA PYKCOJITUHIO
Yy KJIIHIYHUX JocHimkeHHsaX. OaHaK T1aHUX 100 MOCTPEE-
CTpalliifHOTO BIUTMBY MIpemnapary He BUCTAvYaso, 10 3yMOBUJIO
yKJIalaHHSI Yroau 3 €BpOIeiCbKUM areHTCTBOM 3 JIIKapChbKUX
3aco0iB (European Medicines Agency, EMA) ripo rposeneH-
H$I ITIOCTPEECTPALIITHOTrO JOCIiIKEHHS 3 OLIiHIOBAaHHSI Oe3Ie-
ku PASS [16, 17]. Y uiit my6nikaiii mpeacTaBieHi pe3yabTaTi
BKAa3aHOTO JOCTiKEHHST pYKCOITUHIOY y TalieHTiB 3 M®.

NMauienmu ma memogu

HeintepseHiiiitne obceprauiiiHe nociimkeHHs: PASS npo-
BOAMJIOCS B yMOBaxX KJiHiIYHOI MNpaKTHUKM BiAMOBigHO
1o IMpaBuia KOHTpoIIO 3a JiKapcbkumu 3acobamu €C (ToM
9a) 3 METOI0 OLIiHIOBAHHST JAHUX MPO Oe3MeKy TPUBAJIOTO MpH-
IOMY pYKCOITUHIOY manieHTamMu 3 MO.

MonyAsiis nauieHTiB

VY 11e nocimKeHHs MOTTM OyTU BKJTIOUYEHI AOPOCITi MALiEHTH
3 TIepBUHHUM 260 BropyHHUM M®. JliarHo3 nepsuHHoro M@
BCTaHOBJIIOBAJIM Ha TiACTaBi KpuTepiiB BececBiTHROI opraHizantii
OXOpOHU 310poB’s [1, 2, 4], a BToprHHOr0 M® (1110 pO3BHUHYB-
ca micnst 1T abo eceHiiaTbHOT TPOMOOLIMTEMIT) — 32 KPUTEPISIMU
MixxHapoaHoi poO0YOoi IpyIK 3 BUBYEHHS Ta JIIKYBaHHSI Mi€JIO-
(}idpo3sy [18]. 3 ocmimKeHHsT BUK/IIOYAIM MALIIEHTIB, 1110 HE Ha-
Jany iHpopMoBaHOI 3rofiv Ha y4acTh y HbOMY a00 OTHOYACHO
Opau yJacTh B eKCIIEPUMEHTATbHOMY TOCTIKEHHI 3 BUBUCHHSI
pyKcoJiiTuHIOy uu iHioro iHriditopa JAK. lomyckanacst yuactb
y AOCIIKEHHI 0Ci0, SIKi paHillle OTPUMYBAJIH JIIKyBaHHS PYKCO-
JIITUHIOOM Y paMKax IIporpaMy iHIMBiAyaIbHOTO 3a0e3MeYeHHS
a00 OyJI1 BKJIIOYEHI Y AOCHIIKEHHSI PO3LIMPEHOT0 JOCTYITY
(JUMP; inentudikatop y ClinicalTrials.gov NCT01493414)
Ta MepeBeieHi Ha MPUIIoM KOMEPLIIITHO JOCTYITHOTO Mpenapary.

AM3aliH AOCAIAXKEHHS
JlocnimKeHHsI CTAHOBWJIO MPOCIEKTUBHUI OaraTolieHTpo-
BUIi MiXKHapOIHUIA pEECTP AaHUX TPo MaiieHTiB 3 M®D, gaki

3aCTOCOBYBad ab0 HE 3aCTOCOBYBAJM PYKCOJITHHIO.
Hocmimauibki meHTpu (kKpainu €C: ABctpist, @paHiris,
Himeuunna, Itanig ta Hinepnanau, a Takox LlBeiiuapis
Ta Benuka bputanist) Oyau BU3HAUEHi y CIiBPOOITHULITBI
3 ELN (na migcraBi iHdopmatiii 3 €BponeiicbKoro peecTpy).
[lepen BKIIOUEHHSIM MAaLli€HTIB y JOCIIAXEHHS BOHO OYJI0
CXBaJIeHe eKCMePTHUMM pafiaMM BillTOBiTIHUX YCTAHOB i MPo-
BOJIMJIOCS BiAMOBIAHO 10 MPUHLIMIIB [ebCiHChKOI NeKapa-
1ii. Yci nmauieHTH Hagalau MUChbMOBY iH(OPMOBAHY 3TOAY
Ha yyacTb y focaikeHHi. Lle nocmimkeHHs BiAnoBigano Kpu-
TepisiM €BporeiicbKoi Mepexi LIEHTPiB (hapMaKoeieMiono-
rii Ta papmakonariasay (ENCePP No. 3296) ta Koxmekcy
npasus ENCePP (EMA, 2010) [32].

Ou,iHku

[lepBrHHA MeTa 1ILOTO JOCiIXKEHHS MOJIsiraja B OLiHIO-
BaHHI 0€3IeKHU TPUBAJIOTO JIiKyBaHHS pyKCOJIITUHIOOM malli-
€HTiB 3 M®D, KOTpi OTprMyBaJIM Ipemnapar BiAOBiIHO 10 iH-
CTPYKIIT JUTS IOTO MEIUYIHOTO 3aCTOCYBaHHS. [TepBUHHIMMT
KiHLIEBUMM TOYKaMM OYyJM 4acTOTa HeOaxkaHUX peaxiliil
Ha nperniapat (HPIT) i yactora cepito3HuX HeOaKaHUX SBUIIL
(CHSI). BropuHHa MeTa JOCIiIKEHHS [OJIsIrajia y TOMY, 100
OLIIHMTU YaCTOTYy Ta HAC/IIAKM SIBUIL, KOTPi CTAHOBJISITH 0CO0-
nuBuii inTepec (1COI): 30kpeMa, KpoBOTeY, TSKKHX Ta OIOp-
TYHICTMUHMX iH(DEKif, pO3BUTKY IPYyroro NepBUHHOIO 3J10-
sikicHoro HoBoyTBOopeHHs ([II13H) ta cMepTi Big Oyab-sikux
MIPUYMH.

AHaAI3 AaHMX

CTaTUCTUYHMI aHaIi3 BAKOHYBAJIU ITiCJIsSI TOTO, SIK OCTaH-
Hill mali€HT 3aBepIUMB 3-piuHY y4acTh Yy AOCIIIKEHHI a00
MPUIMHMB 11 paHille (0cTaToyHa jaTa MPUIMUHEHHS TOMOB-
HeHHs 06a3u manmx 5 munHg 2018 p.). Ha migcrasi craTycy
BIUIMBY PYKCOJIITUHIOY HA MOMEHT BKJIIOUEHHS Y TOCITiIKEH-
HsI MalieHTy OyJIu 3rpyrnoBaHi y Taki KOrOpTH 1Sl aHaJi3y:

® [iepeBaXKHi KOPUCTYBayi (KOPOTKOYACHU I MPUITOM Tpe-
napaty (<6 Mic) Ta TpuBaJie 3aCTOCYBaHHS (=6 Mic));

® HOBi KOpUCTYBaui, SIKi paHillle He OTPUMYBAJIM PYKCO-
JITUHIO (Tepallisli pyKCcoJiTuHIOOM Oyja po3moyaTa ITicist
BKJIIOUEHHS Y TOCTiIKEHHS);

® [AlliEHTH, 110 HE 3a3HajM BIUIMBY PYKCOJITUHIOY
(He oTpUMyBaIIU JIIKyBaHHSI pYKCOJIITUHIOOM TMIPY BKJIFOUEHHI
y IOCTiIKEHHST);

® [alliEHTH, TIEPEeBEICHI Ha MPUIIOM PYKCOJIITUHIOY (ITi/-
rpyrna naii€HTiB, 1110 He 3a3HaJIM BILUIUBY PYKCOJIITUHIOY, ae
Moyvajy NpuiMaT Moro mia yac JOCiIKEHHS 3a PillleHHSIM
JOCITITHUKA).

Yacrora HeOaxkaHux ssButl (HS) Oyia y3araabHeHa 3riqHo
3 CUCTEMHO-OPraHHUMMU KJIaCaMU Ta TEpMiHaMU MepeBaKHO-
IO 3aCTOCYBAaHHS 3 BUKOPUCTAHHSAM MeEIUYHOTO CIOBHUKA
perynsTopHoi misiibHocTi (MedDRA) y Bepcii 21.0 (https://
www.meddra.org/). Jani mpo H, o BuHuKamu npu 3acto-
CYBaHHI PYKCOJIITUHIOY 10 BKJIIOUEHHS y AOCIIiIKEHHS,
He 301paucs Ta He aHali3yBaaucs.

Pesynbmamu
XapakTepuCcTUKKM NaLieHTIB

3arajoMm y 11e TOCTiIKeHHs 0yJ10 BKITIoYeHO 462 MallieHTu:
nepeBaxHi KopuctyBadi — 260, HOBi KopucTyBayi — 32, ma-
LIIEHTH, 10 HE 3a3HAaJIU BIUIMBY PYyKCOJIITUHIOY, — 170 (BKIIO-
Yyarouu MalieHTiB, 3roJoM MepeBeleHUX Ha MPUIoM pyKCoTi-
TUHIOY, n=57). YacTKa mauieHTiB 3 IEpBUHHUM i BTOPMHHUM
M® y xoropTi nepeBaxkxHUX KOPUCTYBauiB Oysa 3iCTaBHOIO
(51,2 mopiBHsHO 3 48,1%). OgHAK Yy KOTOPTi, KOTpa HE OTPH-
MyBaJjia pyKCOJITHHIO, yacTKa MALi€HTIB 3 IepBUHHUM M@
Oyuna OibIIO00, HiX i3 BropuHHUM M® (70,6 mOpiBHSIHO
328,2%). AHasoriyHa TEHICHIIiSI CIIOCTEPiraaacs oa0 TSK-
kocTi M® (mamienTn 3 M@ HU3BKOTO,/TIPOMiKXHOTO- | pr3u-
Ky nopiBHAHO 3 M® mpoMiXHOTro-2/BUCOKOTO PU3UKY:

KOropTa IepeBaXHUX KOpUCTyBadiB — 47,7 MOpiBHSIHO
3 51,5%; Koropra Mali€HTIB, SIKi He 3a3HAJIU BIUIUBY PYKCO-
JiTUHIOY, — 61,2 opiBHSHO 3 38,3%).

OCHOBHOIO MPUIMHOIO MTPUTTMHEHHST YUaCTi Y JOCITiIKEH-
Hi B yCiX KOropTax Mnali€HTiB 0yJI0 HAaCTaHHSI CMepPTi; APYroo
32 YaCTOTOIO MPUYMHOIO BUOYTTS OyJIM afMiHICTPaTHUBHI MpoO-
oemu.

Ao03yBaHHS Ta BNAMB npenaparty

B ycix koroprax MeaiaHa TpUBaJIOCTi y4acTi B JOCIiIKEHHI
Oyna 3ictaBHoIO (6;113bK0 30-36 Mic), i TuIIe He3HAYHA KiJlb-
KicTb narieHTiB (0113bK0 2-9%) Opasy y4acTh y JOCIiIKEH-
Hi ipoTsiroM <6 mic. MeniaHa TpMBAaJIOCTI IPUIIOMY TIperna-
paty craHoBwiIa 26,1 Mic y KOropTi HOBUX KOPUCTYBauiB
ta 20,3 Mic — y KOropTi MalLi€HTIiB, IepeBeIeHUX Ha TIPUIiOM
PYKCOIITUHIOY 3rogoM (Ipy TPUBAJIOMY 3aCTOCYBaHHI —
33,8 Mmic, nmpu KopoTKouyacHoMy mnpuiiomi — 27,8 Mic).
MeniaHa KymMyJIsSITUBHOI 103U BUSIBUJIACSl HAlBUIIOIO Y KO-
TOpTi epeBaxKHUX KopucTyBauiB (20477,5 Mr; Ipu TpUBaio-
My 3acTocyBaHHi — 22200 M1, mpyu KOPOTKOYACHOMY TTPUIi0-
Mi — 15160 Mr); 3a HUMHU CJTiTyBai KOTOPTU HOBUX KOPUC-
TyBauiB (15755 Mr) Ta naili€eHTiB, MepeBeAeHUX Ha MPUHOM
pykcomituHioy (12 110 mr).

[Ipo 3HMKEeHHSI 103U Mpenapary MoBiJoMIISLIOCS TPUOIN3-
HO Y MOJIOBUHU TMAaLi€HTIB, TOI SIK PO MepepuBaHHS MPUIio-
My Mpernapary MmoBigoMJisia MOPiBHSIHO MEHIIIA KiJIbKIiCTh
MaIi€HTIB B ycix Koroprax (61m3bKo 22-39%). OcHOBHOIO
MIPUYMHOIO 3HUXKEHHS TO3U Ta TIepepruBaHHS TIPUIOMY TIpe-
raparty OyJio pillleHHs Jiikapsi, Ipyroro 3a 4aCcTOTOIO MpUYK-
Hoto — BUHUKHeHHs HPII.

be3neka

HPII, npo sxi HaityacTillle MOBigOMIISUIOCS B YCiX KOrop-
Tax, BKJIIOYAJIU TPOMOOIIMTOIEHII0, aHEMil0, HOCOBY KPOBO-
Teuy, iH(hEeKIiI0 CeYOBUX LUISIXIB Ta OMEPi3ylouuii reprec.
CkopurosaHa 3a BHJauBOM mpenapaty vyactora HPII
(Ha 100 mauieHTO-poOKiB) Oyja 3icTaBHA y KOrOpTax HOBUX
KOPUCTYBauiB i mepeBaxHux kopuctypauis (19,3 ta 19,6 Bia-
MOBiIHO); OJHAK BMIIA IX YaCTOTa BiA3Hayajacsl y KOTOPTi
MAalieHTIB, MMepeBecHUX Ha MIPUIIOM pyKcoiTuHiOy (33,4).
YacroTa TpoMOOLIMTOIIEHI] 11 aHeMii BUSIBUJIACSl HABUILIOIO
y KOTOPTi Mali€HTIB, MepeBeACHUX Ha IPUIAOM PYKCOMITUHIOY
(10,8 Ta 10,8 BinmoBigHO), 3a HEO CJIilyBaia KOTOpTa HOBUX
KopucTyBauiB (5,9 Ta 8,9 BilMoBiAHO) Ta KOropTa NepeBaKHUX
KopucTyBauiB (5,3 Ta 3,8 BianoBigHo). binbiricTs iHmmx HPII
XapakTepu3syBajacs 4yacToToro <1 Bumnaaky Ha 100 maiieHTo-
POKIiB B yCiX KOropTax.

CHJI, npo ski noBigoMisiiocs HaiiuacTinie, Oyau aHe-
Misl, MHEBMOHIsI, 3arajibHe MOpYIIeHHS (Pi3UYHOTO CTaHY,
cencuc i cmeptb. CkopuronaHa 3a BruimBoM yactora CHSL
(Ha 100 mawieHTO-poOKiB) OyJia 3icTaBHA y KOrOPTi HOBUX KO-
PUCTYBauiB Ta KOTOPTi MEPEBAXXHUX KOPUCTYBauiB (25,2
Ta 25,0), Toi SIK y KOTOpTi Mali€HTiB, MepeBeIeHUX Ha MPU-
1iOM pYKCOTiTHHIOY, BOHa Oyna feio Buinoio (29,1).

VY mocnimkeHHi Takox Oyiau rpoaHaiizosani COI, 1o Bu-
HUKaJIM ITiJ Yac JiKyBaHHS: KpOBOTeUi, TSKKi Ta OMOPTYHiC-
tnuHi iHdexuii, INI3H i cMepTh BHACTITOK OYIb-SIKMX IIPUYKH.

CxopurosaHa 3a BIUIMBOM MpenapaTy 4acToTa KpoBOTed
(Ha 100 nauieHTO-pOKiB) OyJ1a TPOXU BUIIOIO B KOTOPTI Malli-
€HTIB, ITEPEBEACHNX Ha IIPUITOM PYKCOMITUHIOY (21,6), 3a HElo
CITayBaIM KOTOPTHU TepeBaXkKHUX Kopuctysadis (16,3; mpu
TPUBAJIOMY 3aCTOCYBaHHI — 16,0; Py KOPOTKOYACHOMY ITPH-
iioMi — 17,4), HoBuX KopucTtyBauiB (14,8) i mawLieHTiB, KOTpi
He 3a3Haju BIUIMBY npenaparty (12,2). HaitnmomumpeHimmmu
SIBUIIIAMMU, TIOB’SI3aHUMM 3 KPOBOTEUaMMU, OyJIM MOsIBA CUHIIIB
Ta iHIIi reMopariuHi MposiBu.

CkopuroBaHa 3a BIUIMBOM TMpenapaTry 4yacToTa
(Ha 100 manieHTO-pOoKiB) TSKKUX Ta ONMOPTYHICTUYHUX iH(EK-
11ii1 OyJia BUIIOIO Y KOTOPTI Malli€EHTIB, IepeBeIeHUX Ha Mpu-
1ioM pykcoJiTuHioy (34,5); 3a Heto CITiTyBaIv KOrOPTH HOBUX
kopuctyBauiB (31,1), nepeBaxkHUX KOpucTyBauiB (25,3; npu
TPUBAJIOMY 3aCTOCYBaHHI — 26,3; IIPX KOPOTKOYACHOMY TIpH-
Jiomi — 22,6) i maLlieHTiB, KOTPi He 3a3HaJIN BIIMBY Ipernapa-
Ty (15,6). Haityactimumu iHdeKissMu y 1iii KaTeropii Bu-
SIBUJIMCS TIHEBMOHIsI, iH(EKIil CeYOBUX IUISIXiB, CETICUC
Ta OMepi3ylouunii repmec.

IIponos:xkenns Ha ctop. 16.
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Bynb-sike 37105IKicHE HOBOYTBOPEHHSI, IIPO 1iarHOCTYBaHHSI
SIKOTO BIIEpILIEe MOBiIOMIISLIOCS TTif Yac TOCTiKEHHSI, PO3IJIsi-
nanocs sk JAI3H. ¥ nomanemomy JAIT3H nonatkoBo Kiacu-
(ikyBanu Ha coJtiiHi MyXJIMHU (HEMeJJaHOMHMIA paK ILKipy —
HMPII — Ta iHwi coninHi MyXJIMHM) i reMaToJIOTiuHi 3710-
saKicHi HoBoyTBOpeHHs1 (I'MJI it iHwmi remobsacTosn).
CkopuroBaHa 3a BIUIMBOM Iipenapaty yactora (Ha 100 nmaui-
€HTO-pOKiB) BuHMKHeHHs JITI3H Gyna BuIIOI0 Y KOTOPTI Me-
peBaxkHMX KopucTyBauiB (10, 1; mpu TpuBaJIOMy 3aCTOCYBaH-
Hi — 10,6; mpu KopoTKoYyacHOMY TipuitoMi — 8,7), 3a Helo
CJlilyBaJii KOropTa Maui€eHTiB, epeBeIeHUX Ha TPUITOM pyK-
coliThHiOy (8,6), KoropTn HOBUX KopucTyBayiB (7,4) i mairi-
€HTIB, KOTPi He OTpUMYyBaJu Tipernapart (3,7).

J171s1 O1liHIOBAHHSI Pi3HULL TPUBAIOCTI JIKYyBaHHS PYKCOJTi-
THUHIOOM i 1McOasaHCy MOYaTKOBUX XapaKTepUCTHUK TMalli€HTIB
a00 iHIIMX (haKTOPiB PU3UKY (MOTEPEeTHE 3I0AKICHE HOBO-
VTBOPEHHSI), sIKi MOXKYTb BILIMBaTH Ha po3BuToK AI13H, OyB
BUKOHAHUI1 MOLIYKOBUIA 0araroakTopHUI aHalIi3 Moaei
perpecii Kokca 3 BuU3Hau€HHsI yacy 10 BAHMKHEHHSI TEPIIOro
JI13H. Lleit anai3 BUSIBUB, 11O OKPiM BiKYy Ta ctati, Tum M®
(mipBumeHmit pusuk 1 M@, mo po3suBaeThes micus 11T)
Ta 3JI0KiCHE HOBOYTBOPEHHS B aHaMHe3i (0cOo0JIMBO More-
penniit HMPII) 6ynu BaxavBuMu hakTopaMu pu3uKy po3-
BuTtky HMPI gk Apyroro 3/105KiCHOr0 HOBOYTBOPEHHS
(BimHOMIEeHHS pu3uKiB — BP — 1,19; 95% noBipuuii iHTep-
Ban — JII — 0,87-1,61; P=0,273). PykconiTuHi0 He YMHUB
BIUIMBY Ha PU3UK PO3BUTKY iHIIMX COJIiIHUX ITyXJIUH a00 iH-
IIMX TeMaTOJOTIYHUX 3JI0SIKICHUX HOBOYTBOpPEHb. s Liux
KaTeropiit 3axBoproBaHb MornepeaHe abo CyMnyTHE JiKyBaHHS
TiIPOKCUCEUOBUHOIO KOPETIOBAIO 3 MiIBUIIIEHUM PU3UKOM
po3BuTKy AII3H (Oyap-sKux 3/109KICHUX HOBOYTBOPEHb,
3a uHsaTKOM HMPIII a6o 'MJI: BP 0,95; 95% 11 0,72-1,27;
P=0,741).

Ycboro 0yJ10 TOBIIOMIICHO JIMIIIE TIPO 5 BUMAIKIB PO3BUTKY
JniMdoM (BKIIFOUEHHUX [0 MiATPYIHU iHIIMX TeMaTOJIOTIUHUX
3JI0KiCHUX HOBOYTBOPEHb); BCi BOHM OyJIM BUSIBJICHI y KO-
TOpTi nepeBaXKHUX KopucTyBauiB. [1po BusBieHHs 11dy3HOI
BEJUKOKIITUHHOI B-kiiTHHOI iMmdomu noBigomiisiocs
y JABOX MAali€HTIB 3 KOTOPTU KOPOTKOUYACHOTO TNpUAOMY
Ta B OJIHOTO MAlliEHTa 3 KOTOPTU TPUBAJIOTO 3aCTOCYBaHHS,
TOZi SIK MPO AiarHOCTYBaHHS B-KIiTMHHOI ApiOHOKIIITUHHOL
niMdouuTapHOi 1iMboMHU Ta rpruOONOAIOHOr0 MiKO3y — B O/I-
HOTO Mali€HTa 3 KOTOPTH TPUBAJIOTO 3aCTOCYBaHHS PYKCOJTi-
THHIOY.

IIpo Bumnagku cMmepti 3 Oyab-skoi npuunHu (ACOI) nosi-
pomutstocst y 67 (25,9%) maiieHTiB KOTOPTH MTePeBAXKHUX
KOPHUCTYBayiB (IIpY TPUBAJIOMY 3acTOCyBaHHi — 27,2%, nipu
KOpOTKOYacHOMY mipuitomi — 22,8%), y 32 (19,2%) nauieHTiB
i3 KoropTH, sIka He 3a3HaJia BIUIMBY mpemnapary, y 12 (21,1%)
MAaLi€HTIB KOTOPTU MEPEeBEICHHS HA IPUIIOM PYKCOJITUHIOY
tay 7 (21,9%) naitieHTiB KOTOPTA HOBUX KOPUCTYBAYiB.

YacTtora BuHUKHeHHs HSI, moB’g3aHuX i3 JIIKyBaHHSIM,
ta iHmwmx kareropiit HA (1COI, HPII, CHA Ta HA 3 a6o
4 cryrieHst) OyJia 3iCTaBHOIO B YCiX KOropTax, MallieHTH SIKUX
MpUMaIu pyKcoJliTuHiO.

binblicTe BUNaaKiB cMepTi, 110 cTanacs Mmil yac JikKyBaH-
Hs, OyJia TIOB’sI13aHa 3 MporpecyBaHHAIM HasiBHOro M@, cer-
cucoM, I'MJI Ta MHEBMOHIE€IO.

DG2oBopenns

CbOroniHi pyKCOJITUHIO € ETMHUM CXBaJIeHUM (hapMaKo-
TepaIrteBTUIHUM 3aCO00M IUTS JIIKyBaHHS TAIlieHTiB 3 M.
Moro 6esmexa it eheKTHBHICTb IOBEEH] Y KJIIHIYHUX yMOBAX
[9-13, 19-21].

Pesynwsratu nocaimkens COMFORT (I/11) Ta iHImmMx K-
HIYHMX JOCTIIKEHb 3 OLIIHIOBAHHS PYKCOJIITUHIOY Jaiu 3MO-
I'y BUSIBUTH, 1110 OCHOBHUMM reMaTojioriyunumu HS1, acoriiio-
BaHMMMU 3 Teparni€lo pyKCOMTHHIOOM, y mamieHTiB 3 M® Gyaun
aHeMist Ta TpoMOOLIMTONEeHis (OibIl BUPAXEHi y paHHil dasi
JIiKyBaHHsI, TOOTO B niepiti 2-3 mic). Heremaronoriuni HS me-
PEeBaXKHO BKJIIOYAJIN 3aTIaMOPOUYCHHS, TOJIOBHUIA OiJIb, Jiapelo,
3aIMILKY, TepudepruyuHi HaOPsSIKU, BTOMJIIOBaHICTh Ta iH(DeK-
LiitHi yckagHeHHs. Heremaronoriuni HA xapakrepusyBanu-
Cs1 31e0LTBIIOTO JIETKMM CTYIEeHEM BUPaKeHOCTi, a reMaToJ10-
riydi HA pinko npusBoanau 10 NpuIMHEeHHs Tepartii.

Byno 3apeectpoBaHo nexiabka Bunankis po3sutky JII13H
(nepeBaxkno HMPIII) y nauieHTiB rpymnu JiKyBaHHSI pyKCO-
JIITUHIOOM. 3 TPUBAJIOIO TEPAIi€0 PYKCOJITUHIOOM He OYJ10
acollilloBaHO XXOMHUX HEOUiKYBaHUX MPOOJIEM 11010 Oe3MeKU
abo nmepeHocumocrti [7, 9-13, 21, 22].

Ockinbku JAK? Biirpae BaxJinBy poJib y Miepeiadi CUTHAJTIB
BiJl @pUTPOIIOETUHY Ta TPOMOOIMOETUHY, OUiKyBaHUM HACIijl-
KoM iHrioyBaHHs JAK € mesikuii CTyIiHb 3BOPOTHOI Mi€JIOCY-
Ipecii, 10 MPU3BOIUTH 0 J0303aJIeXKHOI aHeMil Ta TpoMOo-
nurorneHii [19]. Takum urHOM, BUBHAUEHHST pEKOMEHI0BaHO1
IMOYATKOBOI 103U PYKCOJIITUHIOY 0a3y€eThcsl Ha OLliHIOBaHHI
KiJIbKOCTi TPOMOOLIMTIB. JIIKyBaHHSI LIUTOMEHIi pEKOMEHY-
€ThCS 3IIMCHIOBATH IISIXOM 3HIDKEHHSI IO3U TIperapary,
repepuBaHHs iloro mpuitomy abo reMmotpancdyaii [21].

Jlokasu, oTpuMaHi y X0/ KJIiHIYHUX TOCTiIKEHb 3 OLIiHIO-
BaHHS PYKCOJITUHIOY, MiATBEPAUIU, 1110 LUTOIIEHisI 1o0pe
KOHTPOJIIOEThCS LUISIXOM Moaubikallii 1031 mpemnapary,
a PYKCOJITUHIO J0Ope mepeHOCUThes nauieHtaMu 3 M®D
(BkJIo4atoum ociob i3 rpomobouuToneHielo — EXPAND; ineH-
tudikarop y ClinicalTrials.gov NCT01317875/ JUMP) [12,
13, 23-27].

Xoua yacToTa BAHUKHEHHS MEeBHUX iH(eKIii Oy/1a BUILIOIO
y MALEHTIB, SKi OTPUMYBaJIU PYKCOJITUHIO, BUKOHAHU M
Hultcrantz Ta cniBaBT. [28] aHai3 TPOIEMOHCTpPYBAB, 1110
BJIaCHE 3aCTOCYBaHHSI PYKCOJIITHHIOY MOXKe i1 He 3yMOBJIIOBa-
TU CXUJIBHICTh MallieHTa 10 pO3BUTKY iHdexiii [29], a Haii-
BaXJIMBIIIMM (haKTOPOM PU3UKY iH(GEKILINHUX YCKIaJHEHb
BUCTYIIA€E CTYMiHb TSDKKOCTI OCHOBHOTO 3axBoptoBaHHs [30].
binbii eeKTMBHUI KOHTPOIIb iH(MEKIIIHHOTO PU3UKY LIUISIXOM
CKPUHIHTY Ta Mpo(iLIaKTUYHOTO JIiIKyBaHHS (HAaIIpUKJIal, Mpo-
(hinaxkTrka onepizyroyoro repriecy) HeoOXiqHO 3AiiCHIOBATH
y nawieHTiB 3 M@, y 9IK1X pO3MISIa€ThCSI MOXKJIMBICTD TEpa-
mii pykcositTuHioom [12, 28-30].

HocnimkenHst PASS Mano Ha MeTi minTBEpAUTH B YMOBax
KJIIHIYHUX CLIEHAPIIB Ti pe3y/IbTaT 111010 0e3MeKH PyKCOJITH-
HiOy, sIKi OyJ1 OTpUMaHi B yMOBaXx KJIiHIYHUX JOCTiIXEHb.
Y 11bOMY OCITIIKEHHi 3 METOIO OLIIHIOBAHHS JJOBTOTPUBAIO1
0e3MeKu PyKCOJIITUHIOY 311iiCHIOBAIOCS MTOJAJIbIIE CITOCTEPe-
KeHHs 3a 462 nauienTamu 3 M@ (260 repeBak HUX KOPUCTY-
BauiB, 32 HOBUX KopuUCTyBaui Ta 170 mauieHTiB, SIKi He 3a3Ha-
JIV BIUIMBY PYKCOJIITUHIOY), SIKMX JIIKYBaJIM B yMOBaX KJIiHIYHOT
MPaKTUKU. XapaKTePUCTUKU MALliEHTIB BiloOpaxanu TUTIOBY
TToryJIsitiro mamieHTiB 3 M® (repeBaskHo niepBUHHUN M D).

HepannomizoBanuii o6cepBaliiiiH1ii Ta HEOCTITUIEHU 11~
3aifH IIbOTO JTOCIKEHHS MOXe OYTH JKepeloM BUHUKHEHHST
CHCTEMaTUYHOI TOMUJIKU MpU 300pi JaHUX, i 1€ CIiJ Bpaxo-
BYBATU NIPU OLIIHIOBaHHI iioro pe3yasratiB. J1Jist yyacTi B 11b0-
MY AOCJiIKE€HHI MOTJIM OYTH 3alydeHi JOpOC/i Mali€HTU
3 IiarHO30M MepBHMHHOTO a60 BropuHHOT0o M®. JInme Ti
Mali€eHTu, IKi He 3MOINIM HamaTh iHQOpMOBaHY 3romy
Ha yyacTb a00 OTHOYACHO OpaJiv y4acTb B €KCIIEpUMEHTAb-
HOMY JIOCJIIKEHHI 3 OLIiHIOBAaHHS PYKCOJIITUHIOY UM iHIIOTO
inrioiropa JAK, He Moriii OyTH BKJIIOUEHI 10 TOCTiIKEHHS.
3ajyyeHHsI MepeBakHUX KOPUCTYBayiB pyKCOMITUHIOY OyJ10
MOTEHLIAHOI0 CUCTEMATUYHOIO TOMUJIKOIO JOCIiIXKEHHS,
ockinbku yactota HA Moria BapiroBaTu Bi MOYaTKYy JIiKyBaH-
Hs1. [TamienTiB i3 M® BKITIOYAIN 10 TOCTIIKEHHS He3aJIe3KHO
Bill yacy, SKMil MMHYB Bijl BCTAHOBJIEHHS IiarHO3Y, a00 TpHU-
BaJIOCTI JTiKyBaHHSI, 1110 MPU3BEJIO 0 Pi3HOI TPUBAIOCTI BILIM-
BY pykcouitiHiOy. [L[006 yHUKHYTH 11i€l MOTeHLiiHOI cucTe-
MaTUYHOI MOMWJIKH, aHasi3u Oy/11 cTpaTudikoBaHi BiaMOBi/-
HO J10 MOMNEePeaHbOr0 BILUTUBY PYKCOMITUHIOY [31].

PesynbraTul olliHIOBaHHS 6€3MeKK, OTPUMaHi y 1IbOMY J10-
CJIIIXKEeHHI, Y3roIKYIOThCS 3 pe3yJbraTaMM IOMNepeIHiX Kli-
HIYHUX JOCJiKEHb 3a yJacTIio manieHTiB 3 M@, saki nmpuiima-
au pykconituHio (COMFORT/JUMP/EXPAND) [12, 13,
23-27]. He Gyno 3adikcoBaHO Oyab-SIKMX HEOUiKyBaHMX ITPO-
O1eM 3 Oe3rnexkow abo MepeHOCUMICTIO TIperaparty, OqHaK
3po0JIeHO JIeKiibKa MOMITHUX criocTepexeHb mono HPII,
CHA ta AA0CI.

OueBuaHi Bapiailii yuactotu HS Mix pisHuMU Koropramu
OyJI1 3yMOBJIEHI Pi3HULICIO BIUIMBY PYKCOJITUHIOY Ta OLIbLI
MMi3HBOIO CTAMi€I0 3aXBOPIOBAHHS Y KOIOPTi MALIiEHTIB, Mepe-
BEJCHUX Ha IPUIOM Tpernapary. Y OiIbLIOCTi MAIliEHTIB 3 L€l
KOTOPTH BiI3HAYAIOCS IPOTPECYBAHHSI 3aXBOPIOBAHHSI [0 Tie-
peBeleHHs Ha MpuitoM pyKcosituHioy. Lli yaacHuku manu
OinbIl 3amylieHy (opMy 3aXBOpPIOBAHHS Y TMEPioj BILJIMBY
PYKCOJIITUHIOY MOPIiBHSIHO 3 iHIIMMU KoropTamu. YacTtora
TpoMboruToneHii Ta anewmii (HPIT) Gyna Buioo y Koropti
MAali€HTIB, IepeBeACHUX Ha IPUIOM PYKCOJITUHIOY, HIXX Y KO-
ropTax nepeBaxKHMX i HOBUX KOpUCTyBauiB. Buia yactora
MOXe OyTH 3yMOBJIEeHA MEHILIOIO TPUBATICTIO BILIUBY PYKCO-
JIITUHIOY y MALliEHTIB KOrOPTU TIepeBeACHHSI Ha TIPUIOM LIbO-
ro nipernapaty (20,3 Mic) MOpiBHSIHO 3 KOTOPTaMM HOBUX KO-
puctyBauiB (26,1 Mic) i mepeBaxHUX KOpUCTYBayiB (33,4 Mic).

Tepamnist pyKcoaiTUHIOOM MOXe TTPU3BECTU 0 TPAH3UTOP-
HOI reMaTOTOKCUYHOCTI, SIKa YACTO CIIOCTEPIraeTheCs y nepuii

NIeKijibKa Mics1iB Teparnii. [IopiBHSIHO 3 iHIIMMU KOTOPTaMu,
Tepioj1 MoAAJIBIIIOro CIIOCTEPEXKEHHS 3a TalliEHTaMHU, SIKi OyJI1
repeBe/ieHi Ha MPUtoM PYKCOJIITUHIOY il yac JOCiIKEeHHS,
OYB KOPOTILMM; OTK€, TOKCUYHICTb il Yac MepIImX KiIbKOoX
MicsiB Teparii Oysia Oiabin moMmitHoto. Ilpu TpuBamtomy
BIUIMBI Ipernapary He Bia3Havaaocs Oyab-sSKOro 301iIbIIeHHS
TSKKOCTI 1IbOTO SIBUIIIA.

Sk i ouikyBasiocsi, B KOrOpTi 0ci0, 1110 He 3a3HaJIi BIUIMBY
npenapaty, nosigomJsiiocs npo AOCI y MmeH11oi yacTku na-
LIEHTIB, HIXX B iHIIMX KOTOPTaX, OCKiJIbKA BOHU HE OTPUMY-
BaJIM PYKCOJIITUHIOY IMi yac JOCIikeHHs. 3rigHo 3 TPOTO-
KOJIOM, y IALIiEHTIB KOTOPTHU, sIKa HE OTpUMYBaJla pyKCOJiTHU -
Hi0, Tpeba Oyo nosimomisaTy uiie npo SIOCI. binbiie Toro,
i marieHTH Mamn M® HIKIOTo pU3HKY TTOPIBHSIHO 3 iHIITU-
MU KOTOpTaMH.

Yacrora II13H y koroprti maiiieHTiB, 1110 HE OTpUMYBaJja
PyKCoOIiTHHIO, Oyjla MEHIIO0, HiX B iHIIMX KOropTax.
ITourykoBuii 6aratoakTopHuii aHasi3z Mmoeni perpecii Kokca
BKJIIOYAB 3MiHHi /111 KOPUTYBAHHS Pi3HULI TPUBAIOCTI JIiKYy-
BaHHSI PYKCOJIITUHIOOM, T1COAIaHCy Yy MOYAaTKOBUX XapaKTe-
PUCTHUKAX Ta iHIIMX (haKTOpax pU3MKY, 110 30aTHI BIUIMBATH
Ha PO3BUTOK APYrOoro 3J0SKiCHOTO HOBOYTBOPEHHS.
3araJibHUi1 BIUIMB PYKCOJIITUHIOY TIepe 1 TOCIiIKeHHSIM Ta ITif,
4ac HbOTO OYJIO PO3IJISIHYTO Y MOJIEi.

BP nist HMPIIL gyt 3aranbHOI TpUBAaIOCTi Tepartii pyKco-
JIiTUHIOOM 3 Mozei perpecii Kokca npoaemMoHcTpyBaB, 1110
Maui€eHTH B Uil JOCiAXYyBaHIl KOTOPTi Maiu TEHIEHILIiI0
110 MmiaBuleHHs 3 yacoM yactotu HMPII Ha T71i nikyBaHHS
pykconituHiooM. [TpuMiTHO, 110 MPO aHAJIOTIYHI JaHi MOBi-
TOMJISITIOCS Y TIOTIEPEIHIX TOCTIIKCHHSIX 3 BUBYCHHSI MD.
OTXe, nauieHTaM, sIKi MalOTh MiIBUILIEHUI PU3UK PO3BUTKY
paKy LIKipu, peKOMEHAOBaHE MepioauIHe OOCTEXKEHHS TIIKi-
pu [20, 21].

PykconiTnHi0 HE YMHMB BIUIMBY Ha PO3BUTOK iHILUX 3J10-
SIKICHUX HOBOYTBOPEHb; Hal{O1/TbI1I peieBaHTHUMU (DakTOpaMu
PUBUKY, 110 OyJI1 acoLliiioBaHi 3 IMOBIPHICTIO PO3BUTKY iHIIIMX
comigHux nyxJjuH (3a BuHsgTkoMm HMPIII), cranu HasgBHICTD
3JI0SIKICHMX HOBOYTBOPEHb B aHAMHE3i Ta MOMNepeAHiil BIJIMB
rigpokcuceyoBuHu. [TonepenHiii/cymyTHiii BIUIMB TiIpoKCH-
CEYOBUHU OYB BaXKJIMBUM (DaKTOPOM PUBMKY (XOUa CTATUCTUY-
HO HEIOCTOBIPHUM) PO3BUTKY iHIIIMX T€eMaTOJOTIYHMX HOBO-
YTBOpeHb (OKpiM mporpecyBaHHs1 hoHOoBoro M® y IT'MIT).

Lli cmoctepexxeHHs Cllifl iHTeprnpeTyBaTh 3 00€PeXHICTIO,
OCKIJIBKM Y LIbOMY AOCTIiIKEHHI MOXKe CITIOCTePiraTucs OTeH-
LiliHUI aucbanaHc y HagaHHI moBigoMieHs po AT13H (y ko-
TOpTi Mali€HTIB, 110 HE OTPUMYBaJIM PYKCOJIITUHIOY, MOpiB-
HSIHO 3 iHIIMMHM KOTropTaMM) Ha IiJACTaBi pillleHHS JliKapsi-
NOCJTiIIHUKA, OCKJIbKM Y LIMX MAaLi€HTIB ¢if 0yJ10 MOoBiaoM-
sty auire npo HS, mo ctaHoBuaM ocoOaMBuUiA iHTEpec.
Kpim Toro, KiIbKiCTb Malli€HTIB, Y SKMX BUHUKAJIU TaKi sIBU-
1113, y Ll KOropri Oy/1a HE3HAYHOIO.

[IpsimMe mopiBHSIHHS a00 MepeBipKa TilnoTe3u MixX MallieH-
TaMM, 1110 OTPUMYBAJIM PYKCOJIITUHIO Ta HE OTPUMYBaJIU IOr0,
OyJIM HEMOXJIMBI Uepe3 MPUUYMHMU, 110 BKITIOYAIM HEpaHIOMi-
30BaHMI obcepBalliiiHUil Ta HeOoCHiTIeHUIA Tu3aiiH 10CTi-
JIKEHHSI, a TAKOX 4Yepe3 pi3Hi PiBHI BIUIMBY PYKCOJITUHIOY
Tepe1 MoYaTKOM JOCITIIKEHHS Y TTepeBaskHUX KOPUCTYBAYiB.
[HIIMMU (hakTOpaMH, sIKi MOTJIM CIIOTBOPIOBATH pe3yJIbTaTH,
OyJ1a MOXKJIMBICTb TOTO, 1110 MALIIEHTIB 3 MEHIIOI KUJIbKICTIO
KJIiHiuHKX npogBiB M® jikyBaiu iHakile, HixK MaLi€HTiB
3 OiJIBIIL CEPIO3HUMU MPOSIBAMHU (TAKUMU SIK CTUIEHOMETalist
Ta BUpaXXeHi CUMIITOMU 3aXBOPIOBaHHs ). TUM He MeHIIIe, 1aHi
Mali€HTIB, SIKi HE OTPUMYBAJIM Tperapar, HagaloTh LiHHY
KOHTEKCTHY iH(hopMallito, 110 MiATPUMYE iHTepIIpeTallito CIo-
CTEpeXeHb 1100 0e3MeKN PYKCOJITUHIOY.

IlepenocumicThb pyKcoJiTHHIOY 3arajiom 0y;1a 700poro, i oTpu-
MaHA y HbOMY JO0CJiKeHHi OliHKA 0e3NeKH y3romKyBaacs
3 nonepeanivMu annmu. Lli pe3ynsTaTi € BaXKIMBUMHU, OCKiJIb-
KM JIOCJIi/PKeHHs BKJII0YAJI0 HIMPIIY NOMYJsIiio (y TOMY 4uC-
JIi MAIiEHTIB 3 HU3bKUM PU3MKOM i XBOPHX MOXHJIOTO BIKY),
HiK nocaimkesns COMFORT. Ha i TpuBajioro jikyBaHHS
PYKCOJIITHHIOOM He 0YJ10 BUSABIEHO HOBUX 200 HEOUiKYBAaHUX
CHUTHAJIIB 1010 Oe3MeKu mpenapary. 3arajoM pe3yJbTaTH 10-
cuimkennss PASS, BAKOHAHOTO B YMOBAX KITiHIYHOT IPAKTHKH,
a TaKOX KiHiuHi 1oka3u 3 nociimkens COMFORT/JUMP/
EXPAND cBizyath Ha KOPUCTb TPUBAJIOTO JiKYBAHHS PYKCO-
JiTuHioOoM manienTis 3 M®.

BrJ Haematol. 2020 Jun 24.
Doi: 10.1111/bjh.16729. Online ahead of print.
CraTTs APYKYETbCS Y CKOPOUEHHI.
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AONA NIKYBaHHA ICTUHHOI NOAILUTEMIT Y A0POCUX NALLIEHTIB 3 PE3UCTEHTHICTIO
abo HenepeHOCUMICTIO MigpOKCUCEYOBUHU'
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KAiHIvYHOro nepebiry OYKCONTUHIO
ICTUHHOI noniuuTeMii% 3

OXKAKABI. Baxnuso. lNepef npy3HaueHHAM NikapcbKoro 3acoby crif 03HaMOMUTUCA 3 IHCTPYKLEI0 3 MeAMYHOr0 3acTOCyBaHHA JliKapcbKoro 3acoby. Cknaa. [itya peqosuHa ruxolitinib; 1 Tabnetka Mictutb 5, 15 abo 20 Mr pykconituHiby (y dopmi docdarty). Jlikapebka popma.
Tabnetku. ®apMaKkoTepaneBTU4Ha rpyna. AHTUHEONNACTUYHI 3acobu. IHribiTopu npoTeiHkiHasu. Kog ATC LOTXE18. MokasanHA. Miesogibpos. JlikyBaHHA 3axBoploBaHb, NOB'A3aHUX 3i cninieHoMeraniel, abo CUMMNTOMIB NepBUHHOIO Mienodibpo3y (Tako BiOMOro AK XpOHIYHUIA
inionatyHMit Mienodibpos) y Aopocaux nauieHTis, Mienodi6posy BHaCNifOK iCTUHHOI noniLmTeMii M Mienodibpo3y BHACMIAOK eceHLianbHoi TpoMboLuTeMil. IcmuHHa noniyumenis. JlikyBaHHA ICTUHHOT NONILMTEMIl Y [JOPOCAMX NALEHTIB 3 PE3UCTEHTHICTIO abo HenepeHoCUMICTIo
rinpoKcuceyoBuHu. [lozyBaHHA. [Jo noyatky Tepanii HeobXigHoO 3po6UTH 3aranbHUIM aHani3 KpoBi, BKMIOYaloyM AMbepeHLIiMHIIA MiapaxyHoK NeiKkoumTiB. MoKa3HUKK 3aranbHoro aHanisy KpoBi, BROYalouu AudepeHLiiHmi NigpaxyHoK NeMKOLUTIB, HeOBXiAHO KOHTPOSIOBATU KOMHI
2-4 TWHI, @ MOTIM — 3@ KNiHIYHUMM MOKa3aHHAMM A0 CTabinisalyii NoKa3HWUKIB KPoBi. PeKoMeHJoBaHa NnoYaTKoBa [03a CTaHOBUTL 15 Mr [Bivi Ha [o6Y AN1A NALIEHTIB 3 KiNbKICTIO TPOMEOLWMTIB Y AianasoHi Mix 100 000/mm® i 200 000/MM® i 20 Mr fBivi Ha [06Y 1A NALLIEHTIB 3 KiNbKICTIO
TpombouuTie >200000/MM°. HeMae focTaTHLO iHdopMaLlii Mpo 3acTocyBaHHA Npenaparty nalieHTaM 3 KiflbKicTio TpoM6ouuTiB y AianasoHi Mix 50 000/mMmM® i 100 000/MM®. MaKcuManbHa peKoMeHoBaHa NoYaTkoBa [j03a ANA TakuX NaLieHTiB CTaHOBWUTL 5 M [Bidi Ha 4oby; [03yBaHHA
npenapary cnig nigbupatu 3 obeperHictio. MpoTunokasanHa. MNiasuLLeHa YyTUBICTb A0 Ailo4oi pevoBUHU abo Ao Byab-AKoI 3 AONOMiKHMX peqoBuH npenapaty. Mob6iuHi peakuii. Jyxce yacmo: iHeKLii ce4oBUBIOHWX LUNAXIB; aHeMis; TPOMBOLMTONEHIS; HeUTPOINiA; KpoBOTeY
(6yOb-AKi, B TOMY YMCAi BHYTPILLHBOYEPENHI KPOBOBUMMBM, KPOBOTENI LLNYHKOBO-KMULLKOBOIO TPaKTY, CUHL, HOCOBI KPOBOTeYi, KPOBOTEYi MiCNA NPoBeAeHHA NpoLedyp Ta iH., reMartypin); 36iNbLUeHHA Macy Tina; rinepxosiecTepyHeMis; 3anaMopoYeHHs; FOSIOBHWIA 6inb; MiABULLEHUI
piBeHb anaHiHaMiHoTpaHchepasy; NiaBMLLEHWIA piBeHb acnapTataMiHoTpaHcdepasu. Yacmo: onepisyBasnbHUIA repriec; BHYTPiLLHbOYepernHi KpOBOBUIMBY; KPOBOTEYI LLITYHKOBO-KULLIKOBOIO TPaKTY; MeTeopusM. Hevyacmo: TybepKynbo3. YnakoBKa. 14 TabneTok y 6nictepi, no 4 6nictepu
B KOpOOLLi 3 KapTOHY NaryBasnbHoro. 60 TabneTok y dnaroHi. Mo 1 pnakoHy B KOpobLL 3 KapToHy NakysansHoro. Kateropia BianycKy. 3a peuentoM. PeecTpauiiiHe noceiguenHa N2 UA/13456/01/01; UA/13456/01/02; UA/13456/01/03. Hakas N2 1820 MO3 Ykpainu Big 16.08.2019.

Jlitepatypa. 1. IHCTPyKUiA 3 MeanyHoOro 3actocyBaHHA npenaparty. 2. Vannucchi A.M., Kiladjian J.J., Griesshammer M. et al. Ruxolitinib versus standard therapy for the treatment of polycythemia vera. N Engl J Med. 2015; 372(5):426-435. 3. www.jakavi.com
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